Hepatic venous catheterisation and transvenous liver biopsy were performed in five patients with hepatic amyloidosis. In three patients, hepatic venous pressures were normal and histological examination of the liver biopsy specimen showed discrete and sparse perisinusoidal amyloid deposits. In the other two, however, the gradient between wedged and free hepatic venous pressures was increased (12 and 16 mmHg; normal 1-4 mmHg) and amyloid deposits were abundant and diffuse in the Disse's space. This study shows that portal hypertension in patients with hepatic amyloidosis is of the sinusoidal type and is related to the reduction of vascular space of hepatic sinusoids by massive perisinusoidal amyloid deposits. Furthermore, portal hypertension is associated with a poor prognosis in patients with hepatic amyloidosis.
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In patients with hepatic amyloidosis, hepatomegaly and moderate abnormalities of liver function tests are the most frequent findings.`I Portal hypertension is an uncommon complication of this disorder and its mechanism remains unclear. In this study, we report the results of hepatic vein pressure measurements in five patients with hepatic amyloidosis, two of whom had portal hypertension. In addition, we evaluated the value of the hepatic venous pressure gradient to the degree of amyloidosis infiltration into the liver. 
Discussion
The liver is affected in approximately 60% of patients with amyloidosis.' 5 Portal hypertension, however, seems to be an uncommon complication of this disorder. It has previously been reported in only 12 patients with hepatic amyloidosis (Table II) (Fig 1) . Experimental observations have suggested that decreased intrahepatic vascular space caused by hepatic resection leads to portal hypertension. 20 Massive amyloid deposits in the Disse's space were found in our two patients with portal hypertension and hepatic amyloidosis as well as in other previously reported patients.5I 1-3-16 Centrilobular vein lesions, periportal fibrosis, or regenerating nodules were absent in all these patients. In our three patients without portal hypertension, the amyloid deposits, although also present in the Disse's space, were, however, discrete and sparse (Fig  2) . Deposition of amyloid predominates in the Disses's space in primary amyloidosis but is limited to walls of blood vessels in secondary amyloidosis.32 The morphological differences in the pattern of liver amyloid infiltration in primary and secondary amyloidosis may explain why portal hypertension developed mostly in patients with primary amyloidosis.5-'2
Portal hypertension in patients with hepatic amyloidosis carries a poor prognosis -of nine patients suffering from gastrointestinal bleeding5-" 1415 related to ruptured oesophageal varices, seven died.5'7 8 10 11 14 15 Death occurred between six days and 36 months after the recognition of hepatic involvement. Massive hepatic amyloidosis rarely leads to fatal hepatic failure.' In patients with amyloidosis, other factors can lead to gastrointestinal bleeding, including acquired clotting factor deficiencies,'7 increased vessel permeability,8 and ulceration of the gastrointestinal tract due to amyloid infiltration. '0 17
In conclusion, portal hypertension is an uncommon complication of hepatic amyloidosis and is associated with a poor prognosis. In hepatic amyloidosis, portal hypertension is of the sinusoidal type and is related to the reduction of vascular space of hepatic sinusoids by massive perisinusoidal amyloid deposits.
